The daily urine output may be of low volume during the first few days of life especially in low birthweight infants. To lessen urine loss we apply silicone oil to all the drainage surfaces of the tray and scrape retained droplets of urine towards the drainage pipe using the rubber blade of a small window cleaner. Evaporative losses are reduced by nursing the child in humidified air.
There is no discomfort to the infant and the method is ethically and socially acceptable. Mothers can breast feed their infants under supervision, while any urine voided during the feed can be collected in a warmed receptacle placed under the female infant's buttocks, or positioned over the penis.
This device has greatly improved the accuracy and acceptability of prolonged urine collection for clinical and, especially, research purposes. The original model was constructed in stainless steel but it could be reproduced, in most research workshops, from a lighter and cheaper moulded plastic or Perspex.
SUMMARY Three children with Prader-Willi syndrome and chromosome abnormalities affecting chromosome 15 are described and the literature is reviewed. The usefulness of chromosome analysis in the investigation of the floppy infant is illustrated by two of the cases described. Twenty-three other children with similar clinical features had normal chromosomes. Both parents had normal chromosome complements.
Case 2. This girl was the first child of healthy unrelated parents who were aged 36 (father) and 25 (mother) years at the time of her birth. The mother had had one previous pregnancy which had ended in a first-trimester miscarriage. The pregnancy lasted 38 weeks; the mother commented on the lack of fetal movements and the baby girl was delivered by the breech. Birthweight was 3 46 kg. Hypotonia, micrognathia, short neck with bilateral sternomastoid haematomas, and limited hip adduction were noted at birth and the baby fed very poorly so that tube feeding had to be introduced and continued for 3 months. A dislocated right hip was detected on day 3 and treated with a splint. Extreme hypotonia persisted and at age 4 months she had no head control, poor visual attention, and episodes of vertical eye rolling. There was weakness of all muscle groups but active movements could be provoked and tendon reflexes were preserved.
Investigations
The following gave normal results: serum creatine phosphokinase, thyroxine, electrolytes, and calcium concentrations, and the electromyogram. Chromosome analysis using G, C, and Q banding showed an apparently balanced Robertsonian translocation affecting chromosomes 13 and 15.
45,XX,t(13;15) (pl I ;ql 1) or (ql 1 ;pl 1) The father had a normal male chromosome complement. The mother had an identical chromosome complement to her daughter; her face had certain similarities to her daughter's; and she has since gained weight excessively.
The baby's management was complicated by the parents' initial rejection of her so that she remained in hospital until aged 4 months. Her social and visual responsiveness then improved and in the second 6 months of life her motor development showed rapid progress. Since then she has made slow but steady progress although she was obese by age 3 (height on 10th centile, weight on 90th). When last seen at age 5 her psychological assessment showed that she was functioning in the upper end of the ESN (M) range of ability with motor immaturity, hypotonia, and fatiguability. Raised parental ages have been correlated with the presence of these particular chromosome abnormalities and this is to some extent borne out by our families as each of the female patients had one parent aged more than 35.
The most striking clinical feature in these 2 children was their extreme hypotonia and weakness so that the differential diagnosis at the time ofreferral included Werdnig-Hoffmann disease and congenital muscular dystrophy. Both girls had skeletal defects (congenital dislocation of the hip in one, and mild talipes in the other) which indicated an intrauterine motor disorder.
Prader-Willi syndrome is a difficult diagnosis to make in girls, particularly in the newborn period, and the finding of the translocation allowed a guarded diagnosis of Prader-Willi syndrome as the likely cause for the hypotonia, and an appropriate prognosis could be given. In each case the child has developed the expected clinical features as she has grown older. It is significant that in both these children there was a failure of parental bonding, partly because of the lack of response in the infant and partly because the parents had been advised that this indicated that the child would be severely mentally retarded. This was because of the confusion between perinatal hypotonia in babies who had suffered severe intrapartum asphyxia and perinatal hypotonia in babies with the Prader-Willi syndrome. SUMMARY A baby presented on day 5 with symptoms of classical galactosaemia which are believed to be owing to a lack of uridine diphosphate4-epimerase, rather than to the usual galactose-1-phosphate uridyl transferase defect. Apart from galactosaemia the condition was characterised biochemically by a red cell accumulation of galactose-1-phosphate and uridine diphosphate galactose. Galactose restriction modified the acute clinical and biochemical abnormality, but it appears essential to include some galactose in the diet in this condition to allow synthesis of galactosides, including the brain gangliosides.
Classical galactosaemia which is caused by a deficiency of the enzyme galactose-l-phosphate uridyl transferase (transferase) often presents in the neonatal period with a severe illness characterised by vomiting, jaundice, failure to thrive, and hepatosplenomegaly, associated with excess of reducing substances in the urine.' We wish to report a baby who presented on the fifth day of life with symptoms of classical galactosaemia apparently owing to an inherited deficiency of a different enzyme-namely, uridine diphosphate galactose-4-epimerase (epimerase). We know of no other reported case.
Case report
The patient, a girl, was born at term weighing 2490 g and was bottle fed from birth. She was the second child of a consanguineous marriage in a Pakistani family, the fathers of the parents being step-brothers with the same father. Jaundice, with a total serum bilirubin concentration of 121 ,umol/l (7-1 mg/100 ml) and direct of 37 ,umol/l (2*2 mg/100 ml), associated with secondary weight loss, was noted on the fifth day of life. The next day there was further weight loss, she became hypotonic, and had 0 75% reducing substances in her urine. On the ninth day occasional vomiting occurred, with continuing weight loss, jaundice, and hypotonia, and the liver edge was firm-1 cm below the costal margin. Routine investigation of blood and CSF was normal, but galactose was found in the urine at a concentration of 116 mmol/l (2 09 g/100 ml) and about this time a moderate generalised aminoaciduria was reported. The baby was given intravenous dextrose and, with a presumptive diagnosis of galactosaemia, was started on a low lactose diet in the form of Nutramigen feeds. The jaundice settled, liver function tests became normal, and she thrived from the 10th to 44th days of life. The Beutler screening test for transferase deficiency 2 was negative on the 16th day of life and therefore she was challenged with Cow and Gate V formula for 2-2 days, starting on the 44th day. Galactosuria returned within 24 hours and the serum transaminases became greatly increased with ALT 1473 U/I and AST 1218 U/I (normal values up to 48 and 43 respectively). Jaundice reappeared 
